Comment.-Letterer-Siwe disease, Hand-SchOller-Christian disease and eosinophil granuloma of bone are conditions with so much in common that they may justifiably be regarded as variants of a single pathological process (Farber, S., 1941, Amer. J. Path., 17, 625) . In spite of this common ground in pathology and the not infrequent occurrence of intermediate forms the clinical picture of Letterer-Siwe disease remains relatively clear cut and it is generally agreed that, unlike Hand-Schtiller-Christian disease and eosinophil granuloma of bone, the condition is usually rapidly fatal. The only other report of prolonged remission or recovery is that of a case which was treated with streptomycin (Aronson, R. P., 1951, Lancet, i, 889) .
The case under discussion has now shown a striking clinical response to cortisone on two occasions, and treatment has continued for periods of three and a half months and thirteen months without serious complication. In spite of the apparent change in the clinical course of the disease there has been no evidence of progression to the formation of lesions resembling the more benign eosinophil granuloma of bone.
Treatment will be continued in the hope that complete spontaneous recovery will eventually occur. Dimensions approximately those of an average 6-year-old child.
Wide epicanthic folds. Lateral webbing of neck formed by folds of skin and subcutaneous tissue (Fig. 1 ). Low occipital hairline, with extension of hair growing in upward direction down sides of neck ( Fig. 2 (1938) were all over the age of normal puberty and had four features in common: sexual infantilism, short stature, webbing of the neck and cubitus valgus. From other reports of similar cases it is clear that congenital abnormalities of the skeletal and cardiovascular system (especially coarctation of the aorta) are often included (Albright et al., 1942) .
Strictly, therefore, the use of the term "Turner's syndrome" in describing this case is incorrect, for cubitus valgus is missing and the patient is too young to show sexual infantilism. Probably, however, she will fail to develop the signs of puberty at the normal time because it is likely that she has primary ovarian agenesis in addition to the other congenital abnormalities.
The absence of an abnormally high urinary excretion of follicle-stimulating hormone does not invalidate the diagnosis at this age, but it is expected to begin to rise at about the age of 12 or 13 years.
Webbing of the neck may occur alone, as may cubitus valgus. Many cases of ovarian agenesis causing sexual infantilism have been reported without the rest of the congenital defects, even without the dwarfism. Nevertheless, it is useful to remember the existence of Turner's syndrome if only because the obvious physical deformity may lead to the uncovering of less obvious cardiovascular and endocrine defects, as it did in this case.
The syndrome is probably a collection of genetically determined anomalies due to developmental arrest in early foetal life. In cases of ovarian agenesis, laparotomy has usually revealed an infantile uterus with a thin streak of primitive ovarian tissue along the broad ligaments, consisting microscopically of a stroma of spindle cells without follicles.
Treatment.-Surgical treatment for the coarctation has been advised because of the height of the blood pressure and the patient being at the optimal age. Since hypertension of unknown causation may occur in patients with ovarian agenesis in the absence of coarctation, it is possible that surgical relief of the coarctation in this case may result in incomplete cure.
The webbing of the neck may be treated by plastic surgery if it is sufficiently unsightly. A Z-shaped incision, with reversal of the skin flaps so formed, lengthens the covering of skin at the side of the neck and corrects the deformity.
The sexual infantilism, foretold in this case, can be treated by administration of stilbeestrol at the age of 14 years, and an imitation of menstruation can be achieved by withdrawing it at intervals.
The failure to grow presents a more difficult problem, because it is not due to any known endocrine insufficiency. CEstrogens, if given at this age, might produce a short-lived spurt of growth but would be contra-indicated in view of the danger of early epiphyseal fusion and because of the undesirable changes of precocious puberty.
